The basal cell naevus syndrome is a condition with autosomal dominant inheritance of high penetrance and variable expressivity.' It is characterised by multiple basal cell naevi, jaw cysts, cutaneous pits of the hands and feet, vertebral and rib abnormalities, and intracranial calcification.2 The basal cell naevi usually appear in childhood, particularly over the face, neck, trunk and upper limbs. There may be few to hundreds varying in size and appearance from small papules to larger nodules, sometimes with pigmentation. Clinically the tumours resemble pigmented moles (naevi). There may be a gross resemblance to neurofibromatosis. However, microscopically, the tumours cannot be differentiated from ordinary basal cell carcinomas. In addition, central nervous system abnormalities have been described since the first case report, in which agenesis of the corpus callosum was found. 
Discussion
Basal cell naevus syndrome has been compared to other neurocutaneous syndromes such as neurofibromatosis and tuberous sclerosis.3 4 There have been no further reports of associated agenesis of the corpus callosum since the initial case report, but various other neurological abnormalities have been described. Intracranial calcification occurring most frequently in the falx cerebri and less commonly in the tentorium cerebelli and petroclinoid ligaments, is found in more than 80% of cases.2 Cases of associated intracerebral cysts5 and choroid plexus cysts6 and communicating hydrocephalus7 have been reported. Intracranial neoplasms have also been described, particularly medulloblastoma, and development of this tumour may actually precede the appearance of the skin lesions.8 A single case associated with a cerebellar astrocytoma9 and two cases with a meningioma have been described.'0 1' Both meningiomas were incidental post-mortem findings, and in one case there was also a craniopharyngioma.
The finding of four meningiomas, including the two reported here, suggests that development of the tumours is part of the syndrome. Unlike medulloblastomas, meningiomas in the basal cell naevus syndrome appear to present relatively late, the four patients described all being over 40 years old. It is interesting that our second case had extensive radiotherapy to the region of the left temple prior to the discovery of the left parietal meningioma. Patients with basal cell naevus syndrome appear to be particularly predisposed to tumour formation following radiotherapy. Children with basal cell naevus syndrome and medulloblastoma who, following surgery, were treated with radiotherapy to the neuraxis, all developed multiple basal cell carcinomas in the irradiated areas within six months to three years of radiotherapy.'2 Fibrosarcoma of the ovary has also been described in one of these children following neuraxis irradiation, and fibrosarcoma of the jaw following local radiotherapy to mandibular cysts in two adult patients.3'1I Meningioma development in the basal cell naevus syndrome is probably a reflection of a genetic propensity for tumour formation which may be augmented by local radiotherapy. 
